Giant coronary artery aneurysms are exceptionally uncommon with an incidence of 0.02%.\[[@ref1][@ref2][@ref3]\] Commonly observed cause of coronary artery aneurysm are atherosclerotic coronary artery disease, followed by Takayasu\'s arteritis, Kawasaki\'s disease, iatrogenic complications such as stent implantation, and infectious endocarditis.\[[@ref4][@ref5]\] Coronary artery aneurysm forms fistulous connection generally with right heart chamber structures. Most cases of coronary artery aneurysm (congenital or acquired) are reported in adult patients usually during coronary angiography. It is very rare to find such giant coronary artery in pediatric patient during cardiac surgery.

A 1-year-old female patient, diagnosed as tetralogy of Fallot, was referred to our center for modified Blalock--Taussig shunt. Catheterisation study report from other center did not reveal any significant abnormality. Intraoperative transesophageal echocardiographic aortic valve short axis view showed hugely dilated right coronary artery (RCA) \[[Figure 1](#F1){ref-type="fig"}\] with color flow \[[Figure 2](#F2){ref-type="fig"}\] Transesophageal echocardiographic long axis view revealed subaortic ventricular septal defect with large RCA \[[Figure 3](#F3){ref-type="fig"}\]. After midline sternotomy, operative findings confirmed unusually large RCA with fistulous connection to main pulmonary artery \[[Figure 4](#F4){ref-type="fig"}\].

![Transesophageal echocardiographic aortic valve short axis view showed huge dilated right coronary artery](ACA-23-230-g001){#F1}

![Transesophageal echocardiographic aortic valve short axis view showed huge dilated right coronary artery with color flow](ACA-23-230-g002){#F2}

![Transesophageal echocardiographic long axis view revealed subaortic ventricular septal defect with large RCA](ACA-23-230-g003){#F3}

![Surgical picture showing large RCA](ACA-23-230-g004){#F4}

Giant coronary artery aneurysm is defined when its diameter exceeds 2 cm. In the present case, diameter of RCA was 5.2 cm. The natural history and prognosis of giant coronary artery aneurysm are still not well known.

Although most of the patients with coronary artery aneurysm are asymptomatic but they may present with complications such as thrombosis, rupture, tamponade, or myocardial ischemia.\[[@ref6]\] Due to rarity of the lesion, no evidence-based guidelines are recommended yet. Even though asymptomatic patients with small aneurysms can be managed conservatively, anecdotal case reports of adult patients suggest surgical or interventional therapy for giant and symptomatic aneurysms. Aneurysmal resection along with fistula closure and coronary artery bypass grafting is the preferred surgery.\[[@ref7]\]

In cyanotic heart disease, extramural coronary arteries may initially dilate due to increased endothelial nitric oxide and prostaglandins in response to raised shear stress of the viscous erythrocytotic perfusate.\[[@ref8]\] Aneurysmal dilatation can also possibly be explained by mural attenuation owing to coexisting medial abnormalities of elastic fibers, smooth muscle, ground substance, and collagen prevalent in a variety of congenital heart diseases.\[[@ref9]\] Previously one case with aneurysmally dilated coronary artery with fistula in an adult patient of tetralogy of Fallot was reported. The patient underwent total correction but without any intervention on coronary artery and fistula.\[[@ref10]\] However, the present case involves a much younger child with larger coronary artery aneurysm. Considering the infantile age of the present case, only modified Blalock--Taussig shunt was performed and postoperatively antiplatelet therapy was started.
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